Aortic with atroventricular and ventricularterial discordance ("congenitally-corrected transposition") and an Ebstein-like anomaly of the left atrioventricular valve has not previously been reported. A patient with this condition is described, in whom the diagnosis was established in life by angiocardiography, and confirmed at necropsy. 
A male Caucasian infant with a birthweight of 2.8 kg was born by normal delivery a-fter a full-term pregnancy. No (Fig. 1 ) in the right ventricle, left ventricle, and pulmonary artery showed atrioventricular discordance. The systemic venous atrium communicated with a smooth-walled left ventricle which gave origin to the pulmonary artery. Pulmonary arteriography showed filling of the entire aorta through a persistent ductus arteriosus. The retrogradely filled aortic arch and ascending aorta were grossly hypoplastic, terminating in an aortic root containing an imperforate aortic valve anterior to the pulmonary valve.
Pulmonary valve into the right ventricle, gross tricuspid regurgitation, and no other egress from that chamber.
In view of the complexity of the cardiac defect no surgery was carried out and the baby died at home one week later.
NECROPSY
At necropsy the angiocardiographic diagnosis was confirmed (Fig. 2) . There was atrial situs solitus. The morphologically right atrium received normal systemic venous drainage and was connected via a mitral valve with a typical morphologically left ventricle. This chamber gave rise to a large posterior pulmonary trunk. The morphologically left atrium received four pulmonary veins and was dilated. There was a patent foramen ovale. The left atrium communicated with a morphologically right ventricle via an abnormal tricuspid valve. This had features reminiscent of Ebstein's malformation, with the septal and inferior leaflets plastered down to the wall of the right ventricle which was about half the size of the left ventricle. The outlet of the right ventricle to an anterior situated aorta was blocked by an imperforate aortic valve. The ascending aorta was extremely small and the descending portion was fed by a narrow ductus arteriosus. This showed signs of closure. Thus the pathological diagnosis was: (1) situs solitusdiscordant -discordant; (2) imperforate aortic valve; (3) aorta anterior and to the left; (4) malformation of the left atrioventricular valve (tricuspid) similar to Ebstein's anomaly.
Discussion
Aortic atresia may be associated with a variety of cardiac conditions, but it is very rarely found with ventriculoarterial discordance (transposition). We are aware of four such published cases. Two had univentricular hearts of left ventricular type, one with valvular and subvalvular aortic atresia5 and the other with functional subaortic atresia.6 A recent review of the latter specimen has shown that a tiny outlet foramen was blocked by left atrioventricular valve tissue. The third case had atrioventricular concordance.7 The fourth had atrioventricular discordance, but virtually no tricuspid valve. What tricuspid valve there was arose from the normal atrioventricular valve annulus.8 In that patient, unlike ours, the diagnosis was not established during life.
In the commnon form of aortic atresia with normal cardiac connections, the burden of the circulation falls on the right ventricle. The prognosis is very poor, with a mean survival of 13 days7 and a longest reported survival of three and a half years.3 The patient alluded to above had aortic atresia with complete transposition of the great arteries7 and has survived for six years. To explain this increased longevity it was suggested that the morphologically left ventricle is better able to support the systemic and pulmonary circulation load than is the right ventricle (in aortic atresia with normal connections). At first sight, the patient here described disproves this hypothesis, since despite the fact that the left ventricle supported both pulmonary and systemic circulations, death occurred at 8 days of age. The systolic pressure gradient between the pulmonary artery and descending aorta present at cardiac catheterisation, however, suggests that the ductus arteriosus (upon which the systemic circulation depended) was already constricting on the first day of life so that this, rather than ventricular morphology, determined survival. 
